felt that the excess number of platelets interfered with formation and action of thromboplastins, so resulting in hemorrhage. It is now felt that an actual defect of the platelet surface is responsible.
The Hb and PCV are both usually raised but values of not more than 18 g/100 ml and 54% respectively are usually found. Similarly elevated red and white cell counts are characteristic, but values should not exceed 6,000,000/mm3 and 50,000/mms respectively (Ozer et a!. 1960) . Eosinophilia and basophilia are frequently present. The bone marrow characteristically shows a generalized hyperplasia, particularly of the megakaryocytes with sheets of platelets.
Other characteristic features of the condition are headaches, parmsthesie, hepatosplenomegaly and occasionally hypertension; frequently a hypochromic, microcytic anemia is present as a direct result of repeated hemorrhage. Rarely a hmmolytic anemia results from hypersplenism.
The first child to be described with thrombocythmmia presented with a hemiplegia, transient loss of vision and evidence of a myocardial infarction. Thromboses, arterial or venous, constitute the main hazard of this condition. Deep or superficial veins may be involved and there is an obvious risk of pulmonary infarction. There may be thrombosis in the femoral, carotid, coronary or peripheral arteries, and adrenal infarcts, recurrent pancreatitis and steatorrh4ea have all been ascribed to thrombocythemia.
Because of the tremendous risks of thrombohiemorrhagic phenomena, therapy to reduce the platelet count in our patient was felt to beindicated. Busulphan was selected but there are significant risks. Pancytopenia, aplastic anemia, hmmolytic anemia, pigmentation, amenorrhoea, gastrointestinal upsets, cataracts, diffuse interstitial pulmonary fibrosis and alopecia have all been described following its use, though only the latter was manifest in our patient.
She has felt very much better since the course of busulphan and her headaches are now mild and infrequent. The patient of Spach et al. (1963) , a girl of 8, was alive and well without treatment eight years later, and Thieffry et al. described a girl of 12 in 1957 who was well ten months later. Ozer's patient (Ozer et al. 1960) , aged 12, died after three years with myelocytic leukaemia. Postscript: Our patient was well when last seen (10.11.70), but the platelet count had increased to 622,000/mm3. S D, girl born 2.12.68 History: Third child, born in Germany after a normal pregnancy; no maternal exposure to X-rays, drugs or known viral infection. One sib has a meningomyelocele, the other is normal. Noted at 2 months to have a yellowish rash on left side of scalp, ear, face and neck (Fig 1) . Later found to have eye abnormalities (Fig 2A, B) and coarctation of aorta. Findings and progress: The rash was hyperkeratotic, the lesion on her neck being linear but not in a 'dermatome distribution'. Histology showed nmvus sebaceus of Jadassohn type. Dermoid pannus was present in both eyes at the corneoscleral junction. A cystic lesion of the right sclera proved to be a staphyloma. There was clinical evidence of coarctation of the aorta with upper limb hypertension and marked cardiac arrhythmia found to be flutter fibrillation. An episode of heart failure responded to digoxin and diuretics and she reverted to sinus rhythm. She Developmentally 3 months at age of 5 months. She began to have salaam spasms which surprisingly responded to phenobarbitone. Skull radiograph normal. EEG showed a grossly abnormal record with spike and slow wave activity with foci on the left side. Air encephalogram showed arrested hydrocephalus and basal cysternal block. There was no evidence of congenital infection, and no abnormality of cerebrospinal fluid, blood chemistry, chromosomes, urinary, steroid derivatives or urine amino acids.
REFERENCES
Progress since her discharge at the age of 5 months has been good. She is no longer on phenobarbitone and developmentally was functioning at an I11-month level when aged 14 months. She remains on digoxin and has been readmitted for cardiovascular studies prior to correction of her coarctation.
Discussion
In 1962 Feuerstein & Mims drew attention to two children with linear, midline sebaceous nevi on the scalp and face, epilepsy and mental retarda-tion. Marden & Venters (1966) described another patient who showed these and additional features including bilateral lipodermoids of the conjunctivae, bilateral colobomas, multiple pigmented navi, hydrocephalus and coarctation of the aorta. Moynahan & Wolff (1967) described a patient who showed cystic lesions in the proximal ends of the long bones. Two further patients have been described who showed some features of the syndrome (Lantis et al. 1968 ). These authors found several more probable cases in a search of the dermatological and ophthalmological literature. Additional patients with this syndrome have been seen in the USA (Stein 1970, personal communication) .
S D is the second recorded patient who shows nearly all the described features of this syndrome and she has certain additional abnormalities. She has a staphyloma of the eye (colobomas having been reported), an enlarged clitoris and a cardiac arrhythmia which, in view of its rarity in infants, may indicate an abnormality of conducting tissue.
All but this patient and one other have normal family histories. Marden & Venters (1966) pointed out that the original suggestion of Feuerstein & Mims (1962) , that this is an ectodermal dysplasia occurring at an early stage of development, is no longer tenable if coarctation of the aorta (a mesodermal derivative) is part of the syndrome: it must now be considered as such.
Several workers (Stein 1970 and Moynahan 1970, personal communications) have seen more than one patient with this apparently rare syndrome in their own hospitals, and it is probable that it is in fact commoner than is generally appreciated, or is indicated by the number of cases in the world literature. Cases have been described in Europe and North America and in caucasians and negroes.
The syndrome has no generally accepted name at present. Several workers have made significant contributions to its description so that an eponym is not entirely apt. Perhaps it might be called 'the skin, eye, brain and heart syndrome' for the time being. The following cases were also presented:
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